Primary sclerosing cholangitis (PSC) is a chronic cholestatic liver disease and it is a rare disease, especially in Asia. It is a slowly progressive disease and the median survival from diagnosis to liver transplantation or death is 9.6-12 years. PSC is often fatal as liver transplantation is the only effective treatment that can delay the disease's natural course. We report a case of rapidly progressive PSC requiring liver transplantation. A 52-year-old woman visited our hospital presenting with abdominal pain. A liver function test revealed the following: AST 110 IU/L, ALT 119 IU/L, total bilirubin 0.3 mg/dL, alkaline phosphatase 400 IU/L, and γ-GT 592 IU/L. PSC was initially suspected due to the elevated cholestatic liver enzyme levels. Ursodeoxycholic acid (UDCA) intake was started and AST and ALT decreased. However, after 8 months, her total bilirubin rose to 1.4 mg/dL. We performed a liver biopsy and the pathology showed a mild degree of lobular and portal activity, and portal fibrosis suggestive of chronic hepatitis. After 12 months, the patient's total bilirubin rose to 4.0mg/dL. In order to evaluate the cause of the obstructive jaundice, magnetic resonance cholangiopancreatography (MRCP) and endoscopic retrograde cholangiopancreatography (ERCP) were performed. These findings revealed multiple stones, strictures, and dilatations of intrahepatic ducts, suggestive of PSC. Endoscopic shpincterotomy was done and a endoscopic nasobiliary drainage tube was inserted by ERCP. After 15 months, her total bilirubin rose to 13.9 mg/dL. To relieve the jaundice, stones were removed from the common bile duct and intrahepatic ducts by ERCP and percutaneous transhepatic choledochoscopy (PTCS), respectively. Despite endoscopic procedures and UDCA intake, total bilirubin level rose to 18.9 mg/dL, and liver transplantation was performed 17 months after initial diagnosis of PSC. The surgical pathology reported periductal lamellar fibrosis, called "onion-skin", a typical finding of PSC. After liver transplantation, the patient's liver function recovered fully. She has been closely observed at our outpatient clinic and has not had any recurrence of cholangitisf
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